Proceedings of the Royal Society of Medicine 6 Physical signs.-Skin: Caf6-au-lait patch lower abdomen and upper thighs. Reddened, thickened tender patches both buttocks with underlying mobile tender nodules (Fig. 1) . Left vulva reddened, thickened and larger than the right.
Abdomen: Solid, mobile, nodular, irregular firm swelling, measuring 6 x 3 in., rising out of pelvis. The uterus could not be felt separately from the mass which appeared to lie well forward Hips and lower limbs: Left side of pelvis tilted upwards. True lengthening of left thigh (I1-2 in.).
Legs same length. Calves-1I in. wasting on left. Abduction of left hip limited. X-rays: Left femur is slender and there is some coxa valga which accounts for the lengthening. Excretion pyelogram shows left hydronephrosis and hydro-ureter with an irregular deformity of the top of the bladder.
Operation findings (17.1l.52 ).-Lower paramedian incision revealed that the lump consisted of a mass of neurofibromatous tissue involving almost the whole of the wall of the bladder. Removal was not attempted. No other lesions were found in the abdomen. 1947: After further episode of small bowel obstruction, a stricture was found at the distal end of the small intestine. An ileo-colostomy was performed. Remained well and working until 1950.
Weight at that time was 12 st.
1950: Left work because of a persistent cough and has not yet returned. 1951: In the six months prior to his admission, a quick and progressive deterioration had set in and he became virtually bedridden. He developed abdominal fullness with attacks of griping pain mainly in the right lower quadrant. He passed one large, bulky, offensive, pale stool daily. He had frequent vomiting and lost his appetite completely. He suffered from weakness and breathlessness and his weight fell to 6 st. 10 lb. 1951: He was admitted to Hammersmith Hospital 20.10.51 with subacute obstruction. Examination showed an emaciated, sunken, pale man with healed lupus of cheek and nostrils. There was slight brown pigmentation of the face and hands contrasting with the marked pallor of the mucous membranes. His blood pressure was 110/60 and there was slight pitting cedema of the ankles. He had a distended, tympanitic abdomen with multiple scars; this was tender mostly on the right side. Bowel movements were both seen and heard.
Investigation.-Stools bulky, pale and offensive. Three-day fat balance studies: 69% absorption; 82-80% nitrogen absorption. Hb 5 grammes %. R.B.C. 1,300,000. Reticulocytes 4%; mean corpuscular volume 143 cu.p; mean corpuscular hemoglobin concentration 39%; W.B.C. 3,000; 72% polymorphs.
Sternal marrow showed gross megaloblastic change with accumulation of primitive cells. Free acid present in stomach. Blood chemistry: Albumin 3 4, globulin 2-6 grammes%. Na 329, K 20, urea 40, calcium 8 -1, P 3-9 mg % Bicarb. 48 vol. ; Urine Sulkovitch test negative. Creatinine 945 mg., creatine 362 mg./24 hours. Kepler test at the time was positive, the factor being 23. X-ray of chest showed old scarring at right apex. X-ray of pelvis showed ? generalized thinning and bilateral acetabular protrusion' of osteomalacia.
Barium examination of the small bowel was carried out through a Miller-Abbott tube. 40 c.c. of barium were passed which then appeared simultaneously in a jejunal loop and in the transverse colon. No barium was seen to reach the lower jejunum or ileum and all passed into the colon (Fig. 1) .
Pre-operative treatment.-He was placed on intragastric feeds supplemented with vitamins and B12 intramuscularly. He was given a course of streptomycin and PAS and DOCA 5 mg. daily for one week. After three months his general condition was greatly improved. His hxmoglobin was now 13-9 grammes %, his maximum reticulocytic response being 12 % and he was considered fit for operation. The jejuno-transverse colostomy was undone, the continuity of the bowel restored, the strictures excised and a new anastomosis performed between the lowest part of healthy bowel and the colon in the region of the hepatic flexure. Pathology.-Constricted area: Local mucosa is heavily infiltrated with eosinophils. The submucosa shows scarring, the muscularis is intact and the serosa shows local fibrous thickening.
Intervening area: Numerous eosinophils in mucosa.
Post-operative.-His post-operative course was marred in the first instance by a flare-up of bronchitis but there has since been steady improvement. Six months after the operation a barium meal showed: "Stomach mobile orthotonic with normal mucosa and peristalsis. Duodenal bulb regularly outlined. Small bowel pattern normal and no flocculation of barium seen. Rate of onward movement of barium was not abnormal and after four and a half hours the colon was outlined." His motions are coloured but still soft. Three-day fat balance: 94*3°% absorption. Hb 15 6 grammes%. R.B.C. 4,900,030. Reticulocytes less than 10%. Mean corpuscular volume 100 cu.,. Mean corpuscular haemoglobin concentration 32%. Na 140 mEq/l K 4-5 mEq/l. Chlorides 106 mg. %. Urea 14 mg.%. Albumin 4-6, globulin 3 0 grammes %. Ca 10 mg. %. P 3*7 mg. %. Alkaline phosphatase 12 King-Armstrong units.
He is now walking about but complains of vague pains in lumbar region and lower spine. WVeight 8 st. X-ray still shows osteoporosis.
